was admitted to the hospital for treatment of a central comeal perforation in the left eye. The child was the product of a full-term uneventful pregnancy. Delivery was by Caesarean section (as had been the mother's two previous deliveries) and birth weight was 2-268 kg. The baby had been in respiratory distress at birth and placed in oxygen for I day. The parents were unrelated and in good health and there had been no history of ocular disease in the family. Five older siblings were normal in all respects. An ocular examination at birth revealed bilateral corneal opacities. At a subsequent evaluation during the neonatal period glaucoma was noted and a goniotomy was performed.
On this admission an eye examination revealed a collapsed left eye with a central corneal perforation through which the retina had prolapsed. The right eye had no perception of light and displayed a gross pendular nystagmus. Intraocular Physical examination revealed a child with gross motor and growth retardation, probable microcephaly, deafness, low-set ears, ventricular septal defect, hypospadias, and inguinal hernia. All laboratory tests performed were normal and included a nornal chromosomal study and negative rubella titre.
PATHOLOGICAL RESULTS

Gross examination
A collapsed globe measuring 21-5 X 17-0 X 22-0 mm with 4-o mm of attached optic nerve. A 3 mm central corneal perforation was present through which the retina had prolapsed. The remainder of the cornea was opaque and vascularized. On opening the globe, the anterior chamber was obliterated, and the intraocular contents were disorganized.
Microscopic examination
A central corneal perforation was present through which the retina, vitreous haemorrhage, and fibrinous material had prolapsed (Fig. 2) (Fig. 3) . The corneal stroma was vascularized at all levels and lamellar fibres were markedly thickened; the thickening in fibre width was more intense at deeper levels where comeal lamellae were thicker than the scleral (Fig. 4) . No Descemet's membrane or endothelium was demonstrable (Fig. 4) . Centrally at the rupture site the total corneal width was narrower giving the impression of a concave defect of the posterior surface of the cornea. This defect had been filled in by granulation tissue around two large fragments of lens capsule. There were total kerato-iridic adhesions; the anterior chamber was absent, and on one side the pupillary border of the iris was continuous with the equator of the lens (Figs 4 and 5) . Here, a remnant of the pupillary membrane was present. The hypoplastic iris consisted of a pigment epithelial layer, a muscle layer, and a vascular layer. Iris stroma was absent. No scleral spur or other angle structures were demonstrable (Fig. 5) The mesodermal manifestations of sclerocornea may represent a defect in mesodermal formation resulting from an arrest at varying stages of embryonic development. Normal development of the anterior segment of the eye is predicated upon the migration of three successive waves of mesoblastic cells derived from the paraxial mesoderm at the margin of the optic cup (Seefelder, 1920) .
Corneal endothelium is formed during the first wave at the I I-I2 mm stage, corneal stroma in the second at 13-14 mm, and iris stroma in the third at I8 mm. The ocular vascular system also develops from the paraxial mesoderm. The annular vessel which develops at the anterior end of the optic cup gives rise to the anterior portion of the tunica vasculosa lentis (beginning at the 17 mm stage) and the lamina iridopupillaris (22 mm stage). From this lamina develop the superficial mesodermal layer of the iris and the pupillary membrane.
As orderly development proceeds, the corneoscleral anlage appears at the 20 to 30 mm stage.
The canal of Schlemm is demonstrable at the 65 mm (third month) and the scleral spur by the fifth month. The findings in our case thus represent manifestations of an arrest in mesodermal development occurring at the earliest stages of mesodermal differentiation.
Summary
A s-month-old boy with bilateral sclero-cornea, multiple systemic abnormalities, and normal karyotype had his left eye removed after corneal perforation. Histopathological examination of the enucleated eye revealed an irregular corneal epithelium, absent Bowman's membrane, thickened and vascularized stromal lamellae, absent Descemet's membrane and endothelium, no angle structures, hypoplasia of the iris and ciliary body, and total kerato-iridic adhesions. A profound defect in embryogenesis due to defective mesodermal migration during the earliest phase of mesoderm differentiation is postulated as the causative factor in this case.
